Isolated neurofi broma of the tongue presenting as a papilloangiomatous mass HEAD AND NECK CLINIC
From the Department of Otorhinolaryngology-Head and Neck Surgery, R.G. Kar Medical College and Hospital, Kolkata, West Bengal, India. Mainak Dutta, MBBS; Soumya Ghatak, MS Isolated neurofi broma of the tongue is a rare and seldom reported phenomenon. We describe such a case that presented as a misleading papilloangiomatous mass at the base of the tongue.
A 37-year-old man came to our otorhinolaryngology clinic with a slowly enlarging swelling on the right side of the tongue base. It had come to his notice 4 weeks earlier. Th e mass was painless initially, but it had become very painful during the preceding 2 weeks. On examination, a 1 × 1.5-cm, mushroom-like, polypoid swelling was observed. It was fi rm, nontender, nonulcerative, and pedunculated (fi gure 1).
A provisional diagnosis of papilloma was made, and excision under local anesthesia was planned. However, a closer look at the lesion immediately prior to surgery revealed multiple bluish, angiomatous streaks resembling an angioma overlying the superior part of the mass. Th e lesion was removed. Surprisingly, the surgery was almost bloodless and required minimal cautery at the tongue base.
Histopathology identifi ed the mass as a cellular neurofi broma. Th e specimen featured the typical palisading arrangement of the fascicles of spindle-shaped cells, and there was no evidence of malignancy (fi gure 2). An absence of Verocay bodies (Antoni type A areas) and thick hyalinized blood vessels ruled out a schwannoma. No similar lesions were found in any other part of the patient's body. He exhibited no skin pigmentation, no hearing defi cit, and no evidence suggestive of any systemic disorder that might have been attributable to the tongue base neurofi broma. His family history was also negative. Gadolinium-enhanced magnetic resonance imaging of the cerebellopontine angle detected no mass lesion. Th us, a diagnosis of isolated neurofi broma of the tongue was established. During 1 year of follow-up, the patient showed no sign of recurrence. Neurofi bromas are slowly growing, benign nerve sheath tumors that are composed of a variable mixture of Schwann cells, perineural-like cells, and fi broblastic cells immersed in a collagenous or myxoid matrix. 1 Approximately 25% of all neurofi bromas occur in the head and neck region; about 6.5% of neurofi bromatosis patients have oral manifestations. [1] [2] [3] [4] Oral cavity neurofi bromas are characteristically associated with multiple lesions elsewhere and are manifestations of neurofibromatosis type 1 (von Recklinghausen syndrome) or neurofi bromatosis type 2 (bilateral acoustic neuroma/ central neurofi bromatosis); isolated neurofi bromas in the oral cavity, on the other hand, are very rare. 5, 6 Th e etiology of isolated neurofi bromas is largely unknown, and they appear to develop sporadically. Some studies have suggested that they represent more of a hamartoma or simple hyperplasia than a true neoplastic lesion. 1 Most isolated neurofi bromas in the oral cavity are sessile, 5, 7 unlike the lesion in our patient, which was pedunculated and mushroom-like.
Th e treatment of an isolated neurofi broma is complete excision. Th e chance of recurrence is minimal. 7 However, there is a 10% probability of malignant transformation and local invasion, so early surgical intervention is important. In our case, the lesion's gross presentation in the form of a papilloangiomatous mass was misleading, and it posed a diagnostic uncertainty. Th us, histopathology was of immense value, 8 and it established a defi nitive diagnosis of neurofi broma. Th is case illustrates a seldom reported occurrence of an isolated neurofi broma of the tongue that was not part of a syndrome.
